Williams syndrome (WS) is a developmental disorder characterized by vascular abnormalities such as thickening of the vascular media layer in medium-and large-sized arteries. Supravalvular aortic stenosis (SVAS) and peripheral pulmonary artery stenosis (PPAS) are common vascular abnormalities in WS. The natural course of SVAS and PPAS is variable, and the timing of surgery or intervention is determined according to the progression of vascular stenosis. In our patient, SVAS and PPAS showed rapid concurrent progression within two weeks after birth. We report the early manifestation of SVAS and PPAS in the neonatal period and describe the surgical treatment for stenosis relief. 
Williams syndrome (WS) is a developmental disorder characterized by vascular abnormalities such as thickening of the vascular media layer in medium-and large-sized arteries. Supravalvular aortic stenosis (SVAS) and peripheral pulmonary artery stenosis (PPAS) are common vascular abnormalities in WS. The natural course of SVAS and PPAS is variable, and the timing of surgery or intervention is determined according to the progression of vascular stenosis. In our patient, SVAS and PPAS showed rapid concurrent progression within two weeks after birth. We report the early manifestation of SVAS and PPAS in the neonatal period and describe the surgical treatment for stenosis relief. (Fig. 1) . The interventricular septal diameter of the left ventricle was 6.1 mm (z-value=2.5), and the left ventricular posterior wall diameter was 6.5 mm (z-value=4.4). On CT angiography before the second surgery, supravalvular aortic stenosis (SVAS) and PPAS were clearly observed (Fig. 2) . Taking into account the patient's elfin face and rapid progression of aortic and pulmonary artery wall thickening, a chromosomal study was performed, and the finding of a micro-deletion on chromosome 7q11.23 led to a diagnosis of Williams syndrome (WS). On histopathologic examination, hyperplastic elastic lamina of media was observed at the stenotic aorta using elastic van Gieson's stain (Fig. 3) . LVH, diffuse aortic hypoplasia and PPAS were aggravated on follow-up echocardiography.
The second surgery was performed at 77 days after birth when the patient weighed 4,370 g. The Brom's two-sinus patch enlargement technique using bovine pericardium was performed for SVAS relief (Fig. 4) . Two-thirds of the anterior ascending aortic wall was reconstructed using a bovine pericardial patch. The MPA and left peripheral pulmonary artery were widened with a 6-mm-long polytetrafluoroethylene vascular graft patch (Goretex; WL Gore & Associates Inc., Flagstaff, AZ, USA) angioplasty.
On postoperative echocardiography at two weeks after the second surgery, the flow velocity at the ascending and at the IAA anastomosis site was 2 m/sec and 3 m/sec, respectively. PPAS often resolves spontaneously [1, 2] . The mid-term outcome varies with regard to the relief of SVAS or PPAS. In studies on SVAS, the rate of freedom from reoperation or re-intervention ranges from 83% to 98% at five years and from 66% to 83% at 20 years. In studies on pulmonary arterial stenosis, the rate of freedom from reoperation or re-intervention ranges from 32% to 67% at five years [3] [4] [5] [6] [7] .
In our patient, unusual aortic wall thickening was observed as one of the initial operative findings. Moreover, diffuse ascending aorta and pulmonary arterial stenosis with severe biventricular hypertrophy progressed one week after the initial surgery. In several reports, the mean age for vascular disease treatment in WS patients ranged from 3.3 years to 10.4 years and from 3.8 months to 14 months for SVAS and PPAS, respectively [3] [4] [5] [6] [7] . However, Albacker et al. [8] reported a case Jong Uk Lee, et al − 118 − of neonatal presentation and repair of SVAS in a patient with WS. Thus, among WS patients, those with aortic hypoplasia, LVH, and PPAS should raise more concern and should undergo short-term follow-up with echocardiography, although rapid progression of concurrent supravalvular aortic and pulmonary arterial stenosis in the early period is rare.
Here, we report the early manifestation of supravalvular aorta and pulmonary artery stenosis in the neonatal period and appropriate surgical treatment for stenosis relief.
